respectively.
Pure alexia and right hemiachromatopsia (PARH) reflect disorders of reading and contralateral colour perception, respectively.' Both conditions result from damage to the left occipital lobe usually secondary to infarction of the posterior cerebral artery. ' The cortical areas responsible for processing colour and letter information are functionally distinct yet anatomically contiguous being localised to the lingual and fusiform gyri and paraventricular white matter of the left occipital cortex. ' PARH are clinically dissociable,' 2 Pure alexia occurring simultaneously with right hemiachromatopsia is rare. Including the present case, a review of the literature indexed a total of six cases of PARH' 6 7 (table) . The clinical features of PARH shows that two (33%) had accompanying prosopagnosia, object agnosia, and environmental agnosia. Right VF function was normal in three cases (50%), with the remaining presenting with right superior quadrantanopia. The alexia in one case was transient. The aetiology in five (83%) cases was vascular, secondary to infarction in the left posterior cerebral artery (one case7 had bilateral PCA infarctions).
The aetiology of PARH in our patient is presumably a focal degenerative disorder maximally affecting the posterior cortices. This posterior cortical dementia (PCD) has been previously described in a number of cases.8 While all previously documented cases of PCD had alexia, none had accompanying right hemiachromatopsia, although several had visual extinction. "The aetiology of achromatopsia is predominantly vascular,4 and we believe that our case represents the first instance of achromatopsia occurring in an idiopathic dementia.
The anatomy of PARH was uncovered by necropsy examination of Dejerine's patient' which revealed involvement of the paraventricular white matter and the lingual and fusiform gyri of the left occipital cortex.
Damasio and Damasio,' using CT, re-established the critical importance of damage to the paraventricular white matter and lingual and fusiform gyri in the development of PARH. While our patient had no focal lesions or posterior atrophy on CT, a study using positron emission tomography (PET) in another patient with PCD documented maximal hypometabolism in the mediolateral aspect of the left occipital lobe,8 roughly corresponding to the paraventricular white matter and lingual and fusiform gyri.
Experimental studies using both humans and monkeys have demonstrated functional specialisation within the visual cortex with respect to colour and letter processing. Zeki4 has identified a select group of neurons specialied for processing colour that are localised to area V4 of the macaque. PET studies in humans revealed selective activation in the lingual and fusiform gyri to multicoloured, but not achromatic (grey), displays. 0 Together with clinical data,' 2 these experimental results further support the existence of a colour region in humans localised to the lingual and fusiform gyri which is a homologue of area V4 in the macaque. Similarly, with respect to reading, selective activation in the extrastriate visual cortex (area 18) to letter strings or "visual word forms" has been indexed by PET" in humans, while a pattern of impaired and improved metabolic activity in the left occipital lobe has been reported following the onset and subsequent resolution of pure alexia. '2 
